Characteristics(1)
• Preserved otoacoustic emissions (OAEs) and/or cochlear microphonic potentials (CMs) • Abnormal or absent auditory brainstem response (ABR) • Speech discrimination scores are worse than predicted by pure tone audiogram, particularly in the presence of noise 6
Characteristics(2)
• Insidious beginning and a slow and progressive evolution • Moderate-to-profound hearing loss and is centred in middle and high frequencies • Hearing thresholds for pure-tone detection can range from normal to profound levels 7 Pathophysiology(1)
• A spectrum of pathologies that affect the auditory pathways： 
Pathophysiology(2)
• Genetic (mutations in several genes)： 
